In a previous paper on isolated trigeminal neuropathy (Spillane and Wells, 1959) one of us described a patient with total bilateral trigeminal loss accompanied by progressive ulceration of her nose (case 15). We now wish to report the subsequent evolution of her condition and postmortem findings which we believe to be unique. We also wish to record another patient who displayed similar symptoms and signs, at least in the early stages of her disease. showed a hyperkeratotic lesion with superficial inflammation but no evidence of neoplasm. The sore increased in size and the outer margin of the nostril was progressively eroded. In January 1951 both sides of her forehead became numb; six months later her left upper lip was numb. Thereafter, numbness spread rapidly over the whole of the left side of her face and in August 1951 over the right side of her face. Her mouth and tongue became dry. In October 1951 there was bilateral keratoconjunctivitis with small irregular pupils and bilateral corneal opacities. Her left nostril was ulcerated ( Fig. la and b) . The corneal (Accepted 19 August 1975.) reflexes were absent and the sensations of touch, pain, and temperature were impaired in the first and second divisions on both sides, loss being absolute for all modalities on the left side. There were slighter changes in both third divisions. Deep with different staining reactions (Table) . Substance A was abundant at the junction, gradually giving way to infiltration with substance B (Fig. 3 SPINAL CORD Throughout the spinal cord there was almost total loss of myelinated fibres in the crossed pyramidal tracts, the uncrossed tracts being unaffected (Fig. 7) . On tracing the lesions into the medullary pyramids, the fibre loss became less conspicuous and at pontine level no abnormality could be detected in the corticospinal tracts. Throughout the degenerate lateral columns the blood vessels showed conspicuous changes similar to those described above. The thickening and infiltration appeared to be mainly adventitial, but some vessels showed medial thickening with subintimal infiltration and possibly some narrowing of the lumen. The infiltrating material was almost exclusively substance B, but tiny fragments of substance A were found in some vessels. These vascular changes extended into the medullary pyramids, but not above that level.
The posterior columns showed rarefaction, but not total loss, of fibres in the lumbar segments. This loss became more severe at higher levels, and in the cervical segments was almost total in the fasciculus gracilis, the fasciculus cuneatus being well preserved. (Fig. 8b) There is virtual bilateral total superficial anaesthesia; vibration cannot be appreciated on the malar or mandibular prominences; passive movements of the tip of the nose and upper lips remain only feebly appreciated.
So in this case, also, we have a presentation of a lesion in both trigenimal sensory systems, erosion of the nose, but so far the only indication of a lesion elsewhere in the nervous system consists of a patch of numbness on one leg.
DISCUSSION
Both cases presented with trigeminal sensory loss which, in the first case, was bilateral from the outset, and in the second case became bilateral after 15 months. Trophic erosion of the nose took place in each case. The trigeminal sensory loss was not dissociated; all superficial modalities were involved from the outset; deep pressure and vibration became affected later. Taste was lost. Signs of involvement of the trigeminal motor system also eventually occurred. No other cranial nerve was involved in either case. A spinal cord lesion developed in the first case after some 15 years. In the second case, the only other sign to appear, after eight years, is a patch of numbness on the left leg. No evidence of systemic disease was found in either case. The first patient died 21 years after the beginning of her illness. The second patient remains at work as a domestic help.
In the literature of trigeminal neuropathy there are several references to its occurrence in association with connective tissue disease (Beighton et al., 1968; Kaltreider and Talal, 1969; Gumpel, 1970a, b; Ashworth and Tait, 1971 ; Lundberg and Werner, 1972; Whaley et al., 1973) . In the majority of these cases the presentation of illness was not with the trigeminal lesion; the latter usually appeared during the course of the systemic disorder. Lundberg and Werner suggested that the neuropathy is caused by vascular lesions in the medulla because of the sparing of the corneal reflexes and the occasional bilateral nature of the disorder of the trigeminal sensory system. Barraquer-Bordas et al. (1973) question this interpretation of the signs in bilateral cases. The relationship of unilateral trigeminal sensory neuropathy to Bell's palsy appears to be a tenuous one (Seward, 1962; Ch'ien and Halsey, 1970;  Eggleston and Haskell, 1972) . Shafar and Copp (1970) have described a case in which unilateral trigeminal sensory neuropathy was the only manifestation of widespread peripheral neuropathy for a period of 10 years. It is obvious that nerve conduction studies may reveal involvement of limb nerves when the only clinical feature remains numbness of the face.
None of these associations was found in our first patient on postmortem examination. The lesions consisted of degeneration of the trigeminal root and its central pathways, and of the pyramidal tracts and posterior columns in the spinal cord. This was associated with deposition of an amyloid-like substance. The degeneration of the affected tracts was not accompanied by significant lesions in their cells of origin, suggesting a 'dying-back' mechanism. The association of trigeminal lesions with long tract degenerations is unusual and we are not aware of a similar combination reported either in genetic or sporadic system degenerations.
The infiltrating substance was confined to Urich, 1976 Borghi and Tagliabue (1961) . In both these cases, amyloid deposits were found in Gasserian ganglia removed surgically for the treatment of trigeminal neuralgia. At the time of operation these patients showed no evidence of systemic amyloidosis or peripheral neuropathy, and their trigeminal symptoms were unilateral. In the absence of follow-up studies the nosological position of this localized Gasserian amyloidosis remains uncertain. It is also of interest that hyaline bodies, mainly related to blood vessels, were found in the dorsal root ganglia in cases of hereditary sensory radicular neuropathy studied by Denny-Brown (1951) and by van Bogaert (1953) , but not in other similar cases. The material on Denny-Brown's case stained with Congo red.
In the central nervous system amyloid deposition is common in the 'congophilic angiopathy' in the cerebral cortex of old people, sometimes associated with senile dementia of the Alzheimer type (Corsellis and Brierley, 1954) . In his extensive studies on senile amyloidosis of the cardiovascular system, Schwartz (1969) Kernohan and Woltman's (1942) view, represented an ischaemic neuropathy due to obliteration of the vasa nervorum. Doubts on this interpretation were cast when Dyck and Lambert (1969) demonstrated a selective loss of unmyelinated axons and when Coimbra and Andrade (1971b) suggested that fibre degeneration preceded the deposition of amyloid. Similarly, Schwartz's view that amyloidosis was the cause of senile dementia was refuted by Wisniewski and Terry (1973) . In our case, it would appear unlikely that a primary vascular disease should be confined to well-defined tracts. There was no evidence that the patency of the vessels was significantly impaired and there were no focal areas of ischaemic necrosis. We therefore prefer to interpret the findings as a primary system degeneration and the deposition of amyloid-like substances as an epiphenomenon. It remains to be explained why these vascular changes are not seen more frequently in system degenerations. It is well known that amyloid deposition may be due to generalized disturbances, such as excess of circulating light chain immunoglobulins, or to strictly local causes, such as observed in certain types of tumours. In addition, it may be suggested that in some cases the interplay of local and general factors may be responsible both for the deposition and for the localisation of amyloid. To quote Schwartz (1969) '. . . amyloid is precipitated when a morbid factor circulating in the blood, lymph, or cerebrospinal liquor, joins a compound located in diseased structural elements of tissues and cells'. Perhaps the lesions in our case represent an example of senile amyloidosis localized in degenerating nervous tissue.
There is at present no indication that the condition of our second patient is due to a similar combination or distribution of lesions. So, while trigeminal neuropathy with progressive nasal ulceration forms a distinct clinical syndrome, it would be premature to suggest that it constitutes a nosological entity.
We are indebted to Dr N. G. Sanerkin for his necropsy findings and for referring the material for further examination.
